papille. T1he m11ass fromii the neck proved on dissection to be a typical plexiformii neurofibromiia; a portion of the submaxillary gland was removed with it, and this, too, was penetrated by certain of the diseased nerves, its lobules being in consequence unnaturally firmil in consistence. The microscopic examination of the diseased nerves showed that their increase in size was due to a diffuse endoneurial growth of soft fibrous tissue.
In the discussion which followed the reading of the case, Dr. J. H. Thursfield related a similar one which had recentlv been under Mr. H. T. Butlin in St. Barthololmiew's Hospital. A clhild, three years of age, was the subject of a swelling limited to the right side of the tongue, neck and face, which appeared to have commlienced in the neck and to have afterwards spread to the tongue. The miicroscopical appearance of the portion of the tongue remloved was also similar. (La ucet, 1902 (La ucet, , ii., 1127 On Marlch 4, 1903, Mr. Billington described to the Nfidland Medical Society a case of von Recklinghausen's disease in a mean aged 38, who lhad died soon after the removal of a neurofibromatous tumour on his lingual nerve, which had come almost to fill the mouth. When three years of age, the patient had fallen and cut his cheek, two years after which a lump appeared, which increased in size. After partial removal at two operations, the right cheek remained much larger than the left. Later on lumps appeared in various parts of the body, many being subcutaneous. At the autopsy diffuse thickenings and fusiform swellings were found on the lumbar and sacral plexuses and their branches, and a tumour the size of an almond on the spinal cord. (British AMedical Journal, 1903, ii., 671) .
To this we may add two further references. One of these is a paper which was published by Rusca under the title " Contribucion al estudio de la macroglossia; caso de neurofibromatosis en el tronco v terminaciones del hipogloso." (Rev. Iber-o An)t. de Cien. MIed., Madrid, 1903, ix. 107 .) The other is a contribution by Delfino (Archl. per le Sc. Mled., Torino, 1905, xxix. 34) , who describes the condition in the tongue of a child and furnishes a good photograph of the organ and of the micl'roscopic section.
The case now to be detailed occurred in a man, aged 24, who camne under the care of Dr. George Gimnmer, of Hounslow, for a swelling on the left side of the neck, which had been noticed for at least two years, and which latterly had been followed by an enlargement of the tonguie on that side. In March, 1907, Dr. Gimmer removed fromi the left submiiaxillary region a tumouir of the size of a small orange, having a nakedeye resemblance to a lipoma, and which was enucleated without encroaching upon the floor of the mouth. It had displaced, without involving, the submaxillary gland.
The report from the Clinical Research Laboratory states that the tumlour resembled a neurofibroma, although no nerve-fibres had been detected. In the next three months the tongue had enlarged to more than double the size it was in March, and Dr. Gimmer wrote to Mr. Butlin, who passed the letter on to Mr. Spencer.
On the patient's admission into the Westminster Hospital, there was found a swelling strictly limited to the left half of the tongue, but continuous with a mass in the submaxillary region extending below the ala of the thyroid cartilage. The whole had a soft elastic or doughy consistence, and the skin over it was freely movable except in the line of the sCar of the previous operation. The right half of the tongue was normal, but displaced to that side. Below the right angle of the mouth there was a pigmented molluscum fibrosumn; there were no other indications of von Recklinghausen's disease. The patient could scarcely be understood in n-'25 speaking; he had been reduced during the last three weeks to a liquid diet, and had begun to suffer froml attacks of dyspncea unless propped up at night. On June 18, the whole miass, including the left half of the tongue and the floor of the lmlouth, was remloved, together with the growth in the neck, through a submaxillary incision, along with a strip of skin, so as to include the scar of the formiier operation which had been performed by Dr. Gimmiler. The growth was first isolated in the neck; it extended fromi the middle line beneath the deep fascia outwards to the carotid vessels, and downwards to the lower part of the anterior carotid triangle, within two inches of the sternuLmi, the whole of the floor of the triangle, including the left ala of the thyroid cartilage, being exposed. The left half of the tongue was then separated fromn the right along the median raphe, a distinct layer of m--uscle still remaining between the raphe and the new growth. After cutting it away close in front of the hvoid bone and epiglottis, the right half of the organ was doubled back on itself and so fixed by sutures. The wound healed well and quickly. Before leaving the hospital the patient could eat and talk tolerablv well.
PATTHOLOGICAL ACCOUNT.
By S. G. SHATTOCK.
THE half of the tongue reml-oved is, with the exception of its apex, abnorm-ially firmii in consistence, has lost its natural flexibility, and is considerably enlarged, as the following measureimients will show. Fromii the site of the foramen cacu111 to the apex it measures in a straiglht line three inches and a quarter, and fromii the saine site to the posterior limit an inch and a quarter. In thickness it attains a m1iaxim11umii of one and three-quarter inches.
Apart frolmits gross excess in bulk, there is nothing externally which gives any clue as to the nature of the enlargemnent. Many of the fungiform-l papille over the miiedian area are abnormally promiiinent, but they are devoid of any appearance of vesiculation.
The mnedian surface of the operation-that is, the surface frolml which the diseased half has been separated from the sound-presents centrally an extensive elevation of translucent, greyish aspect, and lobulated character; the surface itself is, however, sinooth and intact, the imiorbid condition being accurately limited to the half of the tongue excised.
On dissection the lobulation of the emilinence in question proves to be due to its consisting of a coiuipact plexus of much enlarged nerves whiclh, on the deel) (i.e., the lateral) aspect, penetrate and ramnify through the mluscular suLbstance.
On making a sagittal section parallel with and slightly to the left of this surface, the whole of the muscular tissue is seen to be traversed by a dense plexus of enlarged greyish, semi-transparent nerves, the finer divisions of which can be traced in some situations up to the mucosa. (P1., fig. 1.) The disease is least pronounced in the apex, which, indeed, can hardly be said to participate in the enlargement, and retains its natural flexibility. The chief mass resulting from the neurofibromatosis occupies the inferior, portion of the tongue, where the muscular tissue is so disparted and thinned out as to be hardly recognisable. The neurofibromatous plexus is distinctly circumscribed on the inferior aspect, as it is in the median surface of the removal, and is readily and cleanly exposed on stripping off the overlying sublingual gland, when it appears as a compact, slightly convex, lobulated mass, very like the salivary gland itself, except that its component parts are more firmly bound together, and are of denser consistence and greater transparency. That the mass in question is not salivary is proved by the complete absence of glandular tissue in microscopic sections; it consists solely of enlarged fibromatous nerves.
On the posterior surface of the removal the plexus is as well limited 12 Spencer & Shattock: Macroglossia Neutrofibrornatosa as on the others, the surface being formed, in fact, by an uncut and untorn collection of enlarged nerves, between which scarcely any other tissue is discernible. On dissecting the parts removed in the operation, from the lateral aspect, the submaxillary gland is found to be displaced downwards by a close lobulated mass of enlarged nerves, which equals the gland in size, and lies in immediate contact with the upper surface of the latter, though easily separated by dissection from it. This mass projects immediately below the base of the tongue like a part of the submaxillary gland itself, but superiorly the enlarged nerves which compose it iimmiiiediately penetrate the muscular substance to ramify through the organ. (P1., fig. 2 .) On the inferior aspect the lingual nerve admitted of being displayed by dissection. Before their deeper penetration into the substance of the tongue its different branches are beset with small fibromata.
More posteriorly some of the larger subdivisions of the hypoglossal nerve are traceable beyond and into the muscular tissue. Some of these have a normal diameter; others are enlarged and misshapen from neurofibromatous disease.
In microscopic preparations the sections of groups of enlarged fibromatous nerves appear in the muscular substance and intermingled adipose tissue.
The nerves themselves exhibit the changes to be presently described in the plexus from the neck.
From the corresponding side of the neck there was removed, in three parts, a large forination of the same kind as that conniected with the tongue. The chief of these, on being lightly dissected, was resolved into strands of thickened tuberose nerves, six inches in length, although the dissection was by no means carried to the limit of freeing all the folds and tortuosities of the nerves composing it.
The other two portions removed at the operation were each, in the unravelled condition, about an inch and a half in diameter.
Histologically, the enlarged nerves from the neck consist throughout of a highly cellular, finely fibrillar connective tissue, in the midst of which, here and there, a nerve-fibre is recognisable.
The fibrille of the new growth evince no grouping in bundles, as in a firm fibroma, but interlace to produce a feltwork, the cells of which are equally devoid of any arrangement.
A certain number of the cells are highly vacuolated and of conspicuous size, corresponding with those named plasma cells by Schafer, for the reason that the vacuolation of the cytoplasm results from the accumulation of clear fluid, presumably plasma. 1. -A sagittal section of the diseased left half of the tongue removed by operation. The organ is much enlarged from neurofibromatous disease of its several nerves, sections of which are discernible in most of the divided surface. Below the muscular substance the enlarged nerves form a close plexus, the inferior free surface of which is distinctly circumscribed; superiorly the nerves of the " plexus " penetrate the substance of the tongue, through which they ramify. On the lower aspect of the specimen the lingual nerve is shown by dissection ; its branches, before their deep penetration, are beset with small fibromata. More posteriorly there are shown, by dissection, some of the subdivisions of the hypoglossal nerve; certain of these are of normal size; others, thickened and misshapen from disease.
FIG.* 2.-A dissection of the parts removed, viewed from the lateral aspect. Projecting immediately below the base of the tongue there is a prominent lobulated mass which at first suggests its being the submaxillary gland, but which is in reality a compact lobulated mass of enlarged and tortuous nerves which superiorly penetrate the muscular substance. Portion of the submaxillary salivary gland which lay below this mass, and which was removed at the operation, has been dissected away.
